A 37-year-old woman presented with numbness of the left hand and edema of both legs, of one- year duration. She also had asymptomatic skin- colored soft papules and plaques with a cerebriform appearance and loss of hair over the occipital region \[[Figure 1](#F1){ref-type="fig"}\] along with a linear edematous plaque with follicular prominences, anteriorly over the parting line of the scalp \[[Figure 2](#F2){ref-type="fig"}\]. Soft violaceous papules and plaques were seen on the eyelids, nostrils, lips, and oral mucosa \[[Figure 3](#F3){ref-type="fig"}\], with purpura over the face and periorbital area \[[Figure 4](#F4){ref-type="fig"}\]. There was violaceous discoloration of the posterior nail folds with hyperpigmentation of the proximal halves of the nails \[[Figure 2](#F2){ref-type="fig"}\]. Skin and mucosal biopsy showed eosinophilic, amorphous deposits in the upper dermis and sub- epithelial tissue, respectively, as well as perivascularly \[[Figure 5](#F5){ref-type="fig"}\].

![Soft papules and plaques with loss of hair over the occipital region](IJT-4-44-g001){#F1}

![Diffuse infiltration of the skin over the midline of the scalp with hyperpigmentation of the proximal nails](IJT-4-44-g002){#F2}

![Violaceous papules and plaques on the face and mucosal surfaces](IJT-4-44-g003){#F3}

![Purpura over the face and periorbital area](IJT-4-44-g004){#F4}

![Faintly eosinophilic, amorphous deposits in the upper dermis (H and E ×40)](IJT-4-44-g005){#F5}

WHAT IS YOUR DIAGNOSIS? {#sec1-1}
=======================

Diagnosis {#sec2-1}
---------

Primary systemic amyloidosis.

DISCUSSION {#sec1-2}
==========

Systemic amyloidosis can be classified as: (1) primary systemic amyloidosis (PSA), not associated with other diseases, paraproteinemia, or plasma-cell dyscrasias, (2) amyloidosis associated with multiple myeloma, or, (3) secondary systemic amyloidosis associated with chronic inflammation or infectious conditions.\[[@ref1]\] PSA is a plasma cell dyscrasia characterized by an autonomous proliferation of plasma cells with an overproduction of a monoclonal immunoglobulin protein. PSA can involve any organ system, especially the kidneys, heart, autonomic and sensory nervous systems, the only exception being the brain.

Histopathological examination shows amyloid deposits in the dermis, subcutaneous tissue, blood vessel walls, pilosebaceous units, arrector pili muscles, and sweat glands. Scalp involvement can appear as diffuse or patchy alopecia due to amyloid deposition in the pilosebaceous units.\[[@ref2]\] Diffuse infiltration of the scalp skin results in folds resembling cutis verticis gyrata.\[[@ref3]\] Our patient had prominent involvement of the scalp and alopecia. Congo red staining of the biopsy specimen was positive \[[Figure 6](#F6){ref-type="fig"}\] and examination under polarized light revealed green birefringence. She was treated with melphalan and prednisolone, but developed progressive renal failure and nephrotic syndrome, and died of heart failure within a year of diagnosis.

![Section stained with Congo red showing brick-red deposits in the subcutaneous tissue with amyloid rings](IJT-4-44-g006){#F6}
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